Objective: To present the case of a 46-year-old woman with basal cell carcinoma, odontogenic cysts, brain anomalies and skeletal abnormalities.
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CASE REPORT
A 46-year-old woman from Zamboanga del Norte, Philippines consulted with a chief complaint of a non-healing, necrotic ulcer over the left orbital region. Her condition started 10 years prior when a skincolored, non-pruritic, non-painful papilla-like lesion appeared on her left upper eyelid. She manually removed the lesion and since noted that the wound had not healed and had changed its appearance, becoming hyperpigmented with raised borders and beginning ulcer formation. It continuously enlarged, occupying the left periorbital area, with areas of necrosis, occasional bleeding and yellowish discharge.
Two years prior to consult, she developed anorexia, easy fatigability and weight loss. She also noted progressive blurring of vision. Consequently, two hyperpigmented papules appeared over her paranasal area. She consulted at a local hospital where she was advised surgery. However, due to financial constraints, she eventually transferred to our institution for further workup and management.
A housewife with seven children, she never smoked or drank alcohol. She had no family history of cancer or chronic sun exposure.
She presented with a 9 x 7 x 3 cm non-tender, non-pruritic ulcer with raised, rolled up border areas of necrosis and crusting occupying the left orbital region. (Figure 1 ) There were also hyperpigmented, raised lesions with ill-defined borders at the left nasolabial fold and right paranasal area measuring 1 x 1 x 0.5 cm. A 1.5 x 1.5 x 0.5 cm firm nontender, non-erythematous, movable mass was palpated at the left preauricular area. The left upper and lower eyelids were absent and the left globe was deformed but still with light perception. The right eye was grossly normal with 20/20 vision. The rest of the ear, nose, throat, head and neck exam was normal.
Incision biopsies of the orbital and paranasal lesions revealed Basal Cell Carcinoma. Contrast-enhanced cranial, facial and orbital CT Scans revealed an enhancing soft tissue density in the superior and lateral left intraorbital region measuring approximately 2.9 x 1.9 x 1.2 cm, with extensive ulceration involving the left eyelids and surrounding soft tissues. (Figure 2 ) There were dense coarse calcifications in the falx cerebri and tentorium cerebelli (Figure 3) as well as at the pineal gland and choroid plexus. The cortical sulci and lateral fissures were prominent with dilatation of the third and fourth ventricles. There were expansile lytic lesions involving the right hemimandible measuring 6.6 x 1.6 x 3.0 cm and symphyseal area measuring 2. Our search for a multisystemic syndrome with Basal Cell Carcinoma, odontogenic cysts, brain abnormalities and skeletal anomalies led us to diagnose Gorlin Goltz Syndrome.
Our patient underwent wide excision of the left orbital mass with exenteration, excision of both paranasal masses and the alar mass, left total parotidectomy with facial nerve preservation, enucleation of mandibular cyst, and cervicofacial reconstruction with left orbital split thickness skin graft and left ala full thickness skin graft. (Figure  6 ) She was discharged after one week but poor graft take was noted two weeks after surgery and application of Silver Sulfadiazine cream was initiated to hasten granulation. (Figure 7A ) Three weeks after surgery, she followed up at our clinic and granulation tissue formation was already noted on the defect. (Figure 7B ) She has been unable to physically follow-up since as she lives in a remote village on a distant island. 
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DISCUSSION
Gorlin Goltz Syndrome, also known as Nevoid Basal Cell Carcinoma Syndrome (NBCCS), is a rare autosomal dominant disorder with a high degree of penetrance and phenotype expressiveness.
1 It may present with cutaneous, dental, craniofacial, skeletal, cardiac, ophthalmologic, neurological and sexual anomalies. In 1894, Jarish and White first reported cases of this syndrome highlighting the multiple basocellular carcinomas present in patients. 5, 6 However, it was not until the 1960s that Robert J. Gorlin and Robert W. Goltz established the classical triad of odontogenic cyst, basal cell carcinoma and bifid rib. 6 This triad was later modified by Rayner et al. who added findings of calcification of falx cerebri or palmar and plantar lamellar calcification of the falx cerebri, medulloblastoma, typically desmoplastic and first degree relative with NBCCS. Minor criteria are as follows: rib anomalies, macrocephaly, skeletal malformation and radiologic changes (i.e., vertebral anomalies, kyphoscoliosis, short fourth metacarpals, cleft lip/palate, ovarian or cardiac fibroma and ocular abnormalities (strabismus, hypertelorism, congenital cataract, glaucoma, coloboma).
14 The presence of one major criterion and a molecular confirmation or two major criteria or one major and two minor criteria is necessary for the diagnosis.
14 Our patient satisfied 3 Major Criteria (basal cell carcinoma, odontogenic keratocyst and calcified falx cerebri) and 1 Minor Criterion (skeletal malformations).
As demonstrated by our case, the management of NBCCS requires specific treatment for each clinical condition and should involve a multidisciplinary team. Because of its aggressiveness and high rate of recurrence, it is advisable that the patient follows up every 6 months for the first 5 years and every year thereafter.
12 This becomes a major issue in low-and middle-income countries such as ours where people in remote island villages have poor access to health care. Since this is an autosomal dominant condition, family members should undergo genetic screening and be monitored as well, and educated about the disease-its presentation, course, prognosis and the importance of prompt consult -again, an ideal that is easier said than done.
